Abstract A 66-year-old 
Introduction
Eosinophilic cholangitis is a rare cholangitis characterized by peripheral blood eosinophilia and eosinophilic infiltration into the bile duct and/or the gallbladder. This entity was first reported by Butler et al in 1985 , in a case that showed gallbladder wall thickening and stenosis of the intrahepatic bile duct (1) . Eosinophilic infiltration of the cystic duct, gallbladder, lymph nodes and bone marrow was also demonstrated in that case. Improvement of biliary strictures and liver enzyme levels with steroid therapy is a distinctive feature differentiating this entity from primary sclerosing cholangitis. Thereafter, several case reports describing eosinophilic cholangitis were published. On the other hand, immunoglobulin (Ig) G4-related cholangitis, which is the biliary manifestation of IgG4-related systemic disease (2, 3) , is another entity that is characterized by steroid-responsive biliary strictures.
Due to the infrequency of eosinophilic cholangitis, the diagnostic criteria for this disease 
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F i g u r e 2 . A c o mp u t e d t o mo g r a p h y s c a n wi t h d r i p i n f u s i o n c h o l a n g i o g r a p h y a l s o r e v e a l e d mi x e d f e a t u r e s o f n a r r o wi n g a n d d i l a t a t i o n o f b o t h t h e i n t r a h e p a t i c a n d e x t r a h e p a t i c b i l e d u c t . (Fig. 4) . Cellular atypia of the biliary epithelium were not observed in the biopsy specimen. The ultrasound-guided liver biopsy specimen showed inflammatory infiltration with abundant lymphocytes and plasma cells. Several eosinophils were also observed (Fig. 5A) (Fig. 5B ). There were more IgG4-positive plasma cells than IgG1-positive t h a b u n d a n t l y mp h o c y t e s a n d p l a s ma c e l (Fig. 5C) (5) . Based on the histological findings, the term "IgG4-related systemic disease" has been proposed to describe this condition, and it has been suggested that autoimmune pancreatitis is a pancreatic manifestation of this systemic disease (5, 9) .
tomography (CT) scan of the abdomen revealed diffuse thickening of the extrahepatic bile duct wall with intraluminal narrowing and dilatation of the intrahepatic bile duct. Marked thickening of the wall of the gallbladder was also demonstrated. Endoscopic retrograde cholangiopancreatography (ERCP) and CT scan with drip infusion cholangiography revealed mixed features of narrowing and dilatation (maximum diameter, 9 mm) of both the intrahepatic and extrahepatic biliary tree (Figs. 1, 2). The main pancreatic duct was smooth and expressed no abnormality on ERCP. On intraductal ultrasonography, irregular thickening of the wall of the extrahepatic bile duct was found (Fig. 3). These image findings were consistent with primary sclerosing cholangitis. A biopsy specimen of the upper extrahepatic bile duct obtained during ERCP via the papilla of Vater revealed an infiltration of inflammatory cells in the biliary mucosa, mainly composed of lymphocytes and several eosinophils
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Discussion
Autoimmune pancreatitis was newly established as a category within the last decade, and is now recognized as a distinct entity with unique clinical, serological, and histological characteristics. In patients with autoimmune pancreatitis, increased levels of serum IgG4 are often observed, and such increases have been reported to be highly sensitive and specific biomarkers (4). The main histological features consist of pancreatic tissue fibrosis and abundant infiltration of lymphocytes and IgG4-positive plasma cells into pancreatic parenchyma. Autoimmune pancreatitis often involves extrapan-creatic organs such as the bile duct, gallbladder, salivary glands, retroperitoneum, lymph nodes, kidneys, lungs, and prostate (5-8). Tissue infiltration of IgG4-positive plasma cells is also detected in these extrapancreatic lesions, and not only in the pancreas
The biliary tree is one of the most frequently affected extrapancreatic organs in autoimmune pancreatitis, and the term "IgG4-related cholangitis" was recently introduced to refer to the biliary manifestation of IgG4-related systemic disease (2, 3 In recent years, it has been reported that an allergic mechanism may also play a key role in the pathogenesis of IgG4-related cholangitis (6) , though an autoimmune mechanism is considered to be the main cause of inflammation, because of the high prevalence of several autoantibodies in patients with IgG4-related systemic disease (16, 17) . It is well known that mild to moderate peripheral hypereosinophilia and eosinophilic infiltration into the affected organs is often observed in IgG4-related systemic disease (3, 18 
